A 3-year-old boy with a history of recurrent bilateral otitis media and prematurity was referred to us by his general otolaryngologist for evaluation of a rightsided middle ear mass. The patient had no history of otorrhea, hearing loss, speech delay, or imbalance. Furthermore, he had no history of ventilation tubes, otologic surgery, or perforation or trauma to either tympanic membrane.
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Otoscopy of the right ear revealed a whitish, round, well-defined soft-tissue mass in the anterosuperior quadrant of the middle ear; the inferior border of the mass had formed a meniscus against the drum (figure 1). No accompanying inflammation of the tympanic membrane or middle ear space was evident. The middle ear was well aerated, and there were no signs of eustachian tube dysfunction such as a retraction pocket of the tympanic membrane.
The remainder of the ENT examination and a cranial nerve examination detected no significant abnormalities. Computed tomography (CT) of the temporal bone demonstrated a rounded, well-circumscribed, 6 × 4 × 4-mm soft-tissue density in the right anterior middle ear space; no bone erosion was evident (figure 2). Audiometry by sound field revealed normal hearing.
In view of the narrowness of the ear canal and the anterior position of the mass, a right postauricular excision was performed. Exploration of the middle ear revealed a well-encapsulated cholesteatoma abutting the tympanic membrane, promontory, malleus, cochleariform process, tensor tympani tendon, and bony annulus. There was no significant extension into the epitympanum. The mass was excised, and the pathology report confirmed the diagnosis of a congenital cholesteatoma. 
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A congenital cholesteatoma is defined as a cholesteatoma that sits behind an intact tympanic membrane and is not associated with a history of otorrhea, otologic intervention, or perforation. 1 The average age at diagnosis is 4.5 years; cases have been detected as early as infancy 2 and as late as 62 years. 3 More than 80% are found, at least partly, in the anterosuperior quadrant of the middle ear cleft, as occurred in our patient. 4 The remainder can occur anywhere in the temporal bone, and they can even extend intradurally.
The mainstay of treatment is surgical resection. When a congenital cholesteatoma is diagnosed early as a localized circumscribed mass, it can be resected with a very low risk of recurrence. Expansion tends to be seen in older children, and it is associated with hearing loss, ossicular involvement, and a greater likelihood of recurrence following resection. 4 Figure 2 . The 6 × 4 × 4-mm soft-tissue density (arrow) is seen on CT of the temporal bone.
